SUMMARY Clinical and radiographic evaluation of an infant boy and his father revealed findings suggesting a new variant of spondylometaphyseal dysplasia with an apparently autosomal dominant mode of inheritance. The main clinical findings included short stature and marked ligamentous laxity in the infant. X-ray findings included severe and peculiar multiple metaphyseal involvement and striking vertebral undermineralisation in the infant, and platyspondyly in the father. However, all the epiphyses were normal. Laboratory studies were essentially normal except for an extremely raised serum alkaline phosphatase in the infant. The uniqueness of these findings suggests a new variant of the spondylometaphyseal dysplasias, distinct from the cases described initially by Kozlowski et all and subsequent investigators. 
The nosology of skeletal dysplasias is badly in need of elucidation. Among these, spondylometaphyseal dysplasia is one of the most difficult to classify. In 1967, Kozlowski et vertebral bodies showed slight platyspondyly of the mid-thoracic vertebrae with cephalad progression (fig 4) . No scoliosis or kyphosis was present. Abnormal modelling was seen of the proximal humerii, distal radii and ulnae, proximal and distal femora (fig 5a, b, c) , and distal tibiae and fibulae. Femoral necks were short and wide. It is interesting to note that the epiphyseal line of fusion at the lower end of the radius was still visible (fig 5b) .
Laboratory findings included normal screening for urinary amino-acids and mucopolysaccharides and normal serum calcium (2. 1 mmol/l), phosphorus (1 -0 mmol/l), and alkaline phosphatase (53 U/1). is only minimal in our case 1. We expect that our continued surveillance of this patient will clarify some of these issues.
